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Pesiome

dnuTennongHaa reMaHrnosHgotenvoma (33) AsnAeTcA OgHOM M3 CaMblX peakux nep-
BMYHbIX 3/I0KaYeCTBEHHbIX COCYAUCTBIX OMNyXonel. [laHHbIN TMM HOBOOOPA30BaHMA NMEET
Me3eHXNMaJIbHOe MPOUCXOXAEHME N Pa3BMBAETCA U3 SHAOTeNMasnbHbIX AN NPe3HAo-
TeNIMANbHBIX KIEeTOK. JThonorna 3abonieBaHUsi Mo-npeXXHeMy OCTAaeTCA OKOHYATeNIbHO
He u3yyeHHol. 33 B H/XKHen nonoli BeHe (HIMB) BcTpeyaeTcsa KpaliHe peako. Hanbonee
YacTbiIMM OpraHamu-mMmmweHAMK ana 3D ABAAIOTCA NeyeHb, Ierkne, KOCTK, a Takxe MAr-
Kue TKaHW pa3finyHblX aHAaTOMMYecKnx obnacteir. Yactota BCTPeYaeMoCTU faHHOrO T1na
Onyxonu Hu3Kasa — meHee 1% OT BCex COCYAUCTbIX onyxonewn. M3-3a Henpeackasyemoro
NMOBEeAEHUs I CBOEN reTeporeHHoCTV I3 npefcTaBnAeT onpefeneHHylo Nnpobnemy s
MOpPG$ONOroB 1M Bpayen-KNMHULMCTOB B MaHe AMArHOCTUKA U neyeHns. CneymanucTbl
CTaNIKMBAIOTCA C HEKOTOPbIMU TPYAHOCTAMU Npu NpoBedeHnn auddepeHUanbHOM amna-
FHOCTUKNA W BbIMNOJIHEHUM TEXHUYECKU CIIOXKHOrO OMepaTMBHOrO BMeLllaTeNnbCTBa, CBA-
3aHHOIO C yganeHnemM Onyxonu 1 PeKOHCTPYKLMEN MarncTpanbHbIX BeH. B 3Ton ctaTtbe
npeacTaBieH KpaTkuili 0630p NUTepaTypbl K ONUCAHME PEAKOro KJIVIHUYECKOro Cyyas
YCMEeLWHOro flieyeHnsa naumeHTa ¢ 33, pacnonoXeHHon B MHbpPapeHanbHOM CermeHTe
HWXKHeW nosion BeHbl. [TprmeyateneH ToT $akT, Yto No npowecTsun 70 mecALeB nocne
yaaneHus onyxonu nytem LUpKynsapHou pesekuumn HIMB 1 npoTtesnpoBaHusa ee 6uosno-
rMYECKrM COCYAUCTBIM MPOTE30M PeLUanBa ONyXosu, NPOrpeccrpoBaHnsa 3aboneBaHNs
He HacTynuno. NMpoxogumocTb HIMB 1 6ronornyeckoro cocyancToro NpoTesa coxpaHeHa.
KnioueBble cnoBa: snutennongHan reMaHrMmosHA0TeNnoMa, NnepBrYHan COCyamMcTan ony-
XOJb, HVXKHAA MOJIas BeHa, OMONOrMyecknii COCyAUCTbIN NPOTE3, OHKOBACKYNAPHAA Xu-

pyprua
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Abstract

Epithelioid hemangioendothelioma (EHE) is one of the rarest primary malignant
vascular tumors. This neoplasm, which arises from endothelial or preendothelial cells
of mesenchymal origin, has an unclear etiology. EHE of the inferior vena cava (IVC)
is exceptionally rare. The most common sites for EHE are the liver, lungs, bones, and
soft tissues across various anatomical locations. The overall incidence of EHE is low,
accounting for less than 1% of all vascular tumors. Due to its unpredictable behavior
and heterogeneity, EHE presents significant diagnostic and therapeutic challenges for
both morphologists and clinicians. Specifically, specialists often encounter difficulties
in differential diagnosis and in performing technically demanding surgical procedures
involving tumor resection and large vein reconstruction. The article presents a concise
review of the literature alongside a rare clinical case describing the successful treatment
of a patient with EHE in the infrarenal IVC. Notably, 70 months following circular resection
of the IVC and biological vascular graft replacement, the patient showed no signs of tumor
recurrence or disease progression, and patency of both the IVC and the vascular graft was
maintained.

Keywords: epithelioid hemangioendothelioma, primary vascular tumor, inferior vena
cava, biological vascular graft, oncovascular surgery

B BBEJAEHWE

Cpea MHOroo6pasus TMMOB Me3eHXVMasbHbIX OMyX0Jiel NePBUYHbIE 3I0KaYeCTBEH-
Hble HOBOOGPa30BaHUA KPOBEHOCHbIX COCYAOB B KIMHUYECKON MPAKTUKE BCTPEYATCA
KpanHe pegko. bonbluen yacTbio OHY NpeAcTaBneHbl IENOMUOCaPKOMaMM — OMYXONAMU,
pa3BMBaOWUMUNCA U3 FMaAKOMbILEYHbIX KNeTOK. JleloMnocapKkomMbl, Kak NpaBuo, JIoKa-
NM3YIOTCA B KPYMHbIX BEHAX, peXe — B apTepusax Uim Mefknx cocygax.

CornacHo Knaccudukaumm BcemmpHoi opraHusaumm 3apasooxpaHenus (BO3, 2020 r.),
NUTENNONLHAA FEMaHIMO3HAOTENNOMA NpeacTaBnaeT cobo OAuH 13 pepkux TUMOB
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OnNyXonu, UMeLI Me3eHX1MasnbHoe npoucxoxaeHre. Mopdonormnyeckn 3 coctout
U3 3NUTENNOUAHBIX SHAOTENMANbHbIX KNETOK, PacnofIOKEHHbIX B XapaKTePHON MUKCOMU-
anMHOBOW CTPOME, U XapaKTepusyeTca BapuabesibHbIM 61MoNnornyeckMm noBegeHnem c
HenpeacKasyembiM MOTEHLMANoM 3f10KauecTBeHHOCTM [1].

OTOT TVN OMYXOJIN MOXET JIOKa/IM30BaTbCA BO MHOIMX OpraHax, yatle B neyeHu u ner-
KX, a TakKe B KOCTAX, MATKMX TKaHAX KOHEYHOCTel 1 APYrnx aHaTOMUUeCKnx obnactax
Tena. Pexxe 33 pa3BmBaeTca B MarncTpanbHbIX cocyaax. BapuaHTtbl onyxonesoro nopa-
XeHnA MoryT ObITb Kak U30MIMPOBaHHbIMY, TakK 1 MyIbTUGOKaNbHbIMU C HANMUYNEM PErno-
HapHbIX UM OTAANEHHbIX MeTacTa3os [2].

JNlokanun3saums snUTeNnMonaHOM reMaHrMo3HAOTENMOMbI B H/XHEW Mool BeHe ABNAET-
CA HETUMUYHOWN 1 BCTPEYAETCA B KIIMHUYECKON NpaKTMKe KpaHe peako. CornacHo ume-
IOLLMMCA ONyONNKOBaHHbBIM JaHHbIM, B @HFNOA3bIYHOW NUTEpaType Ha CerofHAWHWN AeHb
3aperncTpmpoBaHo Bcero 6 ciyyaes I3 HIB. MNepeuuHbie onyxonu HINB npepactasnsaioT
coboi ofiHy U3 BaKHeMWMx Npobnem OHKOBaCKYyNAPHOW XUPYPrumn ns-3a CIOKHOCTEN,
BO3HUMKaloLWmX Ha 3Tane anddepeHUnanbHON JUarHOCTUKN U XPYPrYeCKoro neyeHuns,
a TakXe B CUNy KpaliHe HU3KOW BCTpeyaeMocTu 3aboneBaHudA. B ctaTbe npepctaBneH
pefknin KNMHUYECKMI ciyya XMPYPruyeckoro feyeHna naumeHTkn ¢ 3 HUXKHen no-
NOW BEHbI C UCMONIb30BaHeM 6UONOrMYeCcKoro CoCyamncToro NpoTesa, U3roToBAEHHOro 13
KceHonepukappga.

UcTtopuueckan cnpaBka

Bnepsble anuTennonaHan reMaHrmosHaoTenmoma 6oina onncaHa Dail D.H. et al. B 1975 T.
ABTopbl NpefcTaBunm 20 ciyyaeB HabnoaeHUA HeOObIYHON OMYXONW NErKoro, MetoLLel
SHAOTeNManbHO-KNeToyHoe npoucxoxgeHve. IsHayanbHO AaHHbIA B ONYXOnn Knac-
candnumMpoBann Kak arpeccusHyilo GopmMy O6POHXMON0anbBEONIAPHO-KIIETOYHOTO paKa,
nopakatoLLero cocefjHne KPoBEHOCHbIe COCYAbl M BPOHXMONI, 1 MO 3TOW NPUYMNHE Npea-
NOXUNKW cnefylollee Ha3BaHME — BHYTPUCOCYAUCTaA GPOHXMONAPHaA 1 anbBeonspHas
onyxonb nerkoro [3].

HemHorum nosgHee, B 1979 r., B. Corrin et al. onposeprnn 6poHxnonoanbBeonsapHoe
NPONCXOXKAEHNE MCCieyeMOoro HOBOObpa3oBaHNA nerkoro. /icnonb3ysa 3NeKTPOHHY
MUKPOCKOMMIO, yYeHble OOHapYKM/M B OMYXONEBbIX KNeTKax 06uiibHoe cofepKaHue Mu-
KpodunameHTOB, yMepeHHoe — rpy6oro sHA0oNIa3mMaTMuYeckoro peTukynyma u pasnnyHoe
konunuectso Tenel Weibel — Palade. BoiaBneHHble npu3Haku anddepeHumaunmn rnagko-
MbILLEYHbIX, MMOPNOPOONACTHBIX U SHAOTENMANbHbBIX K/IETOK YKa3biBann Ha NMPOUNCXOX-
LEHME OMNYXONn N3 Me3eHXMMalbHbIX KNeTOK-MpeaLwecTBEHHUKOB SHAOTENNASIbHbIX Kie-
TOYHbIX NMHWNA [4].

MNopTBep)KaeHWe B MOMb3y COCYANCTOrO MPOUCXOXKAEHNA ONYXONN JIEFKOro U3 Me3eH-
XVIMasibHbIX KNETOK C SHAOTENNanbHbIMY XapakTepucTMKamum 6b11o NonyyeHo u B Uccne-
posaHusax Weldon-Linne C.M. et al. Ha ocHoBaHWW yNbTpacTPYKTYPHbIX AaHHbIX, MONYyYeH-
HbIX C MOMOLLbIO 3/IEKTPOHHOW MUKPOCKOMUM U MIMMYHOTMCTOXMMUYECKON naeHTndrka-
Lun, yuyeHble NpeanonoXnnu, Yto ncciegyemas onyxonb fierkux npeacraBieHa KneTka-
MU, UMELWUMN SHIOTENNASNIbHbIE XapaKTEPUCTMKM, MPOUCXOANT OT MYSIbTUMOTEHTHbIX
Me3eHXUMaJIbHbIX Pe3epBHbIX KNETOK 1 He CBA3aHa C TUMMYHOW BpoHXMonoanbBeonap-
HOW onyxonbio nerkmx [5].

C uenbio M3yyeHUa npupopbl HeobbluHOM onyxonu B WHCTMTyTe natonorun Bo-
opyxeHHbix cun CLUA (Armed Forces Institute of Pathology) 6bino npoBefeHo BaxHoe
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nccneposaHue. 3a 30-netHuin nepuog Weiss S. n Enzinger F. [6] BbiaBunn 41 cnyyan peg-
KOW onyxosnn, pacnosnaraBlUenca B BUCLepanbHbIX OpraHax u MArkux TKaHAaXx. Jlokanm3sa-
UMA B MAMKNX TKaHAX Habnoganack B pa3nmMyHbIX y4acTKax Tena, B OCHOBHOM Ha HUXHMWX
N BEPXHUX KOHEYHOCTSAX, @ Npu MOpdONornyeckoM UccrieloBaHnM XapakTeprnsosanachb
HanMumMem «3NUTENNOUIHbBIX» NN <TUCTUOLMTONAHBIX» SHAOTENManbHbIX KNeTokK. B 6onb-
LUINHCTBE C/lyyaeB ONyXoJib MMesfla COCYANCTOE NPOUNCXOXKAEHME N UCXOAUNA U3 KpoBe-
HOCHbIX COCYAOB CpeAHero WM KpyrnHOro Kanubpa, npevMyllecTBEHHO BeH. YnbTpa-
CTPYKTYpHOEe nccnefoBaHne NoATBEPAUIO SHAOTENMANbHYI0 NPUPOAY ONyXonu, KoTopas
Nno CBOEMy K/IMHWYECKOMY MOBEAEHMIO 3aHMMana NPoMeXyTOUHOe MOJSIoXKeHMe MeXay
[06pOKaueCcTBEHHOWM reMaHrMoOMOW 1 3/10KaueCTBEHHOW aHrmMocapkomon. [1na onncaHusa
TaKMX NOrpaHnyHbIX cocyancTbix onyxonen Weiss S. n Enzinger F. B 1982 r. npeanoxunu
NCMOoJb30BaTb TEPMUH «3NUTENNOWAHAA FEMaHIMO3HAOTENMOMAY.

HanbHenwmne monekynapHo-reHeTnyeckme uccnegosaHua nossonunm B 2011 1.
naeHTnduumpoatb cnuaHne reHos WWTR1-CAMTA1, yyacTBylOLWNX B XPOMOCOMHOM
TpaHcnokaumun t(1; 3) (p36; q23-g25). NogobHbIN TUMN CANAHUA HabNlogaeTca NpakTuye-
CKM BO BCeX C/y4asax MUTENNOMAHON reMaHrmosHgotennomsl (85-90%) ¢ pasnnyHom
aHaTOMMUeCKOW NIoKanm3aunen, NMmerLlen Knaccnyeckne mopdonornyeckmue n MMmy-
HodpeHoTMNMYecKre npusHaku [7, 8]. YyTb no3gHee Antonescu C.R. et al. BbiABUNN ot-
penbHyto nogrpynny 33 (10-15%) ¢ HeCKonbKo MHOM Mopdonoruer, B KOTOPOW OHU
onpepenunu cnnaHne reHos YAPT-TFE3, yyacTBylowWMX B XPOMOCOMHOW TPaHCIOKaLumn
at(X; 11) (p11; 422) [9].

B nekabpe 2020 r. EBponelickoe 06WecTBO MeANLMHCKOW OHKOMOMW NPOBENO KOH-
CEeHCYCHOoe coBellaHune Ana 06HOBEHNA CBOUX NPAKTUYECKUX KITMHNYECKUX peKOMeHAa-
Lun No capkomam, a B 2021 r. MHOronpodunbHOM rpynnon 3KCNepToB U3 pa3HbIX CTpaH
EBponerickoro coto3a, A3um n CLUA 6bin pa3paboTtaH 1 NPUHAT KOHCEHCYCHbIV JOKYMEHT,
B KOTOPOM MnpefAcTaB/ieHbl OCHOBHblE peKOMeHAAL MM MO JSleYeHUIo NaunMeHToB C dnuTe-
NMONIHON remMaHrnosHgoTenmomon. Onyxonb KnaccnduLMpoBann Kak KpaliHe pefkyto
TPaHCNOLUMPOBAHHYIO COCYANCTYIO CapKOMY, KIIMHNYECKOe NoBefeHe KOTOPOK Henpea-
CKa3yemo 1 XapaKTepusyeTca 3/10KauyeCTBEHHbIM MOTEHLMANOM OT HU3KOMN [0 BbICOKOW
CTeneHu, CO CKIIOHHOCTbIO K CUCTEMHOMY MOPaXKeHUIO 1 MeTacTasupoBsaHuio [10].

Anugemunonorva

AnuTennonaHan reMaHrMoO3HJOTENIMOMA ABJIAETCA OYEHb PeKON OMyX0Jiblo, pacnpo-
CTPaHEHHOCTb KOTOPOW B MOMYNALMUN COCTaBNAeT MeHee 1 cslyyaa Ha 1 MJIH HaceneHus.
33 BcTpeyaeTca y nofeit 060X NOoOB, BO BCEX BO3PACTHbIX rpynnax ¢ NMkom 3abonesa-
emocT B 40-50 ner. [pu 3ToM B IMTEepaType MMetoTcA COOBLLEHNA O BbIABAEHWMN JaHHOTO
TUNa ONyXONKY KakK Yy ntofen NoxKunoro Bo3pacta, Tak 1y aeten [11]. Mo pe3ynbTatam HeKo-
TOPbIX NUAEMUNONOTNYECKMX NCCIefoBaHNiA, HabnogaeTca Hebonblwoe npeobnagaHve
I3y xeHwwmH [12].

B cooTBeTCTBUM C UMeIOLMMUCA NNTepaTyPHbIMK AaHHbIMK, DD ABnAeTcA reTepo-
reHHoW onyxonblo. BO3HMKHOBEHNE ee MOXET NPOUCXOANTb MPaKTUYECKN BO BCEX Op-
raHax u TKaHsAx, B No6oN yacTu Tena. BucuepanbHble nopaxeHna yalle Habnogatotca
B NeYeHU W Nerkmx, MArkoTKaHHble — B 06N1acT KOHEYHOCTEN. DNUTeNMOnAHanA remaH-
rMO3HAOTENIMOMA MOXET NPOABAATLCA B Pa3NUHbIX PopmMax, OT YHUSIOKaNN30BaHHOM
[0 MyNbTU(OKaNbHOM NN MYSIBTUOPTaHHOW CO CKJIOHHOCTBIO K MeTacTaTU4eCcKom Anc-
ceMUHaumn.
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MNopaxeHne MmarmcTpasbHbIX COCYAOB 3MNUTEIMOMAHOWN TFeMaHrMO3SHAOTENNOMON
BCTpeyaeTca KpalHe pefko. Hambonee TUNMYHbIMKA MULLEHAMMN NPU YHWUIIOKANN30BaH-
HOM O4YaroBOM MOPa)KeHW ANA AAHHOMO TMMa ONyXONW ABAAIOTCA MATKME TKaHW, MeYeHb,
nerkue n koctn [13, 14]. Mpwn 3ToM neyeHb 1 Nerkme MOryT BOBNeKaTbCA B NaTonormye-
CKNIN NpoLecc ogHoBpeMeHHO. [TopaxeHue BncLepasnibHbIX OPraHOB, KOCTEN YaCTO HOCUT
MHOFO0YaroBblIii, MOANOPraHHbIN XapakTep U/Wan MoXeT ObITb MeTacTaTUyeckuMm. Pesynb-
TaTbl NPOBELEHHbIX paHee UCCNefoBaHUM Nokasanu, uto y 36-60% nauneHToB 3aboneBa-
HVe HOCUT CUCTEMHbIN XapakTep [15, 16].

Mopdonorns n uMMYHOrMCTOXUMUA

Mopdonornyeckn 3 MArKUX TKaHe COCTOUT 13 MOHOMOPOHbIX OKPYFbIX UMK Cer-
Ka BepeTeHo06pa3HbIX 303UHOGUIIbHBIX SHAOTENNASIbHBIX KNTETOK, PAaCNONOMEHHbIX B Op-
raHW30BaHHbIX FHe3Jax UM TAXKax BHYTPU MUKCOTMANMHOBON CTPOMbI. INUTENNOVAHbIE
KNeTKn NMetT obubHYI0 LMTonnasmy, nneoMopdHble Aapa v BHyTpULMTONNa3maTmye-
CKUIM NpocBeT. HekoTopble KNeTK/ MMEIT BUA NEePCTHA C BHYTPULMTONIa3MaTUYeCKNMu
BaKyOnAMU, KOTOPble MOTYT COaepaTb 3puTpoLmTbl. OCO6EHHOCTbIO JaHHOMO BMAA ONy-
XONK, B OT/IMYKME OT APYrMX SNUTENNONAHBIX COCYANCTbIX HOBOOOPa3oBaHWIA, ABNAETCA OT-
CYTCTBME ABHbIX MPU3HAKOB aHrMoreHesa.

B 3aBMCMMOCTM OT noATvna CUAHNA FreHOB MOTYT BGbiTb HeKoTopble Mopdonormye-
cKue pasnuuua 33, dnuTennonHaa reMaHrmosHAOTeNMOMa, MELWas CINAHUE FreHOB
WWTR1-CAMTA1, mopdonormyecku npeacraBneHa KpynHbIMm SNUTENNONHbIMU KNeTKa-
MW, OPraHN30BaHHbIMW B LIHYPbI, HATW UNK HebonbluMe rHe3fa. SNUTENNONSHbIE KNeTKN
cofilepaT CTeKNOBUAHYI0 303MHOGUIbHYIO LMUTOMMa3My, 3a4acTylo C LuTomniasmaTuye-
CKUMW BaKyonAMY, PacrosioXKEHHYI0 B XapaKTepHOW MUKCOrnannHoBoOM cTpome. M3pea-
Ka HeonnacTnyeckue KneTkyu MOryT OpraHM30BbIBaTbCA B pelleTyaTyo CTPYKTYpY pocTa,
UMUTUPYIOLLYIO MHBA3UBHYIO KapuuHoMy. OnyxoneBble KNeTKA UMEIOT Be3UKYNAPHbIE,
Kpyrnible nn oBasibHble, MHOTAA BAaBfeHHble agpa. O6bIYHO HabnogaeTca HeBbiCOKan
MUTOTUYECKasA aKTMBHOCTb U HU3Kaa AfepHan aTnnua. HekoTopble onyxoseBble KNeTku
UMeIoT BHYTpULMTOMNIa3aMaTyecKne, Kpyrible, Npo3payHble BaKyosnu, KOTOpble MOryT COo-
LEepaTb SpUTPOLIATHI.

33, umetowana cnuaHmne reHoB YAP1-TFE3, cocTouT 13 anuTennonaHbiX Heonnactunye-
CKUNX KNETOK, PaCnonoMeHHbIX B MIOTHbIX THe3fax, MmeloLmx 6osee ApKyo 303MHOGUIb-
Hylo umTOonnasmy. Hesga onyxoneBbiX KNETOK OKyTaHbl GUOBPO3HON CTPOMON M YacTo
NpeAcTaBnAT OPraHM30BaHHYIO CMOLWHYK CTPYKTYpPY pocTa. BHyTpuuutonnasmatu-
yeckne BaKyonu BcTpeyatotca pefko. MNprmepHo B 10% cnyuyaes 33 HabnogaeTca Bbl-
pakeHHasA aTunua AAep, 04YaroBbI CONUAHBIA POCT, yYacTKU Hekpo3a 1 6onee BbicOKan
MUTOTUYECKasa aKTUBHOCTb (>2 munTo308 / 10 nonen 3peHnsa Npu 60NbLOM yBENNYEHWM).
[lnsa Takoro nogTuna 33 xapakTepHo 6onee arpeccuBHOE NoBefeHMe.

C uenblo IMMYHOFUCTOXMMUYECKON naeHTdrKauum n auddepeHumanbHOM gruarHo-
CcTMKM I NpYMEeHATCA cnegyloLwme MapKepbl sHAoTeNnanbHon gnddepeHLMpoBKM:
FLI-1, CD31, CD34, ERG. MNepeuncneHHble IMMYyHOIMCTOXMMUYECKE MapKepbl obnagatot
Haunbonee BbICOKOI YyBCTBUTENIbHOCTbIO 1 CNeLndUUHOCTbIO. [10 MHEHMIO HEKOTOPbIX NC-
cnepoBatenei, FLI-1 gemoHcTpurpyeT nyullyio UyBCTBUTENBHOCTb U CNELUPUYHOCTD, YeM
sHAoTennanbHble Mapkepbl CD34 n CD31. na auddepeHumanbHom anarHocTmkn 3D
OT APYrMX COCYAMCTbIX OMyxonen ncnonb3osaHue mapkepos CD34 n CD31 no otgenbHo-
CTV OKa3blBaeTCA MeHee nose3HbiM. ABTOPbI NpeanaratoT couetaHHoe npumeHeHme FLI-1
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N MapKepoB 3HAoTennanbHon anddepeHuymporkn CD34 n CD31. B npoBegeHHOM UC-
cnefoBaHMM yueHble AOCTUIIN NyYllMX NOoKasaTenen YyBCTBUTENbHOCTY U cneunduny-
HOCTM OT NpUMeHeHnA KoMbuHaumm FLI-1 n mapkepoB sHAoTennanbHowm guddepeHun-
poBku. Mpn couetannn FLI-1 n CD31 nokasaTenb 4YyBCTBUTENBHOCTU cocTaBun 100%,
a npu coyeTtaHum FLI-1 n CD34 nokasaTenb cneyndnyHocTn — 85%, UTo NpeacTaBnAeT
cobow ngeanbHyto naHens B auddepeHumanbHom gnarHoctmke 33 n gpyrux cocyau-
CTbix onyxonen [17].

KnuHnyeckoe TeueHune n NnporHos

Y 60nblUMHCTBA NAaLNEHTOB CUMMTOMbI HA MOMEHT NMOCTaHOBKM JMarHo3a OTCYTCTBYIOT.
Mpwn HanMuMn CcMMNTOMOB NOC/IeAHNE HOCAT reTeporeHHbI XapakTep M 3aBUCAT OT JIOKa-
n13aumm onyxonun 1 Hanmuna metactasos [18].

KnnHunuyeckoe TeueHre 3D MoxeT 6bITb BapnabenbHbIM. B oTnmume oT aHrMocapkomsl,
3aboneBaHue yalle BCero HOCUT BANOTEKYLLMIA XapaKTep, 0COOeHHO Npu IOKanbHOM Oau-
HOUYHOM nopaxeHun. OpgHako 6onee yem y 50% naumeHTOB 3aboneBaHne xapaKTepusy-
€TCA MHOro04aroBbIM NMopaXkeH1emM OHOro MM HECKONbKMX OPraHOB, BK/OUYasA MeTacTa-
3upoBaHue. Y NaumeHToB C NopakeHnem nnespbl U numdaTnyeckmx y3nos Habnogaerca
ropasgo 6osnee arpeccrBHoe KNuHWYeckoe TeyeHue. [laHHble 0 MPOrHOCTUYECKNX Gak-
TOopax Npu SIoKann3oBaHHOWM WX pacnpocTpaHeHHom JID orpaHuyeHbl. B 60bWINHCTBE
C/lyyaeB UHTepnpeTauumsa 3aTPYAHAETCA BBUAY KpaliHe pefiKon BCTpeyaemMocTy 3aboneBa-
HUA 1N OTCYTCTBUA CTAHAAPTHbIX ANArHOCTUYECKMX KpuTepures. B ogHOM KpynHOM nccne-
[oBaHuK, ony6nnkosaHHom B 2020 r. [19], 6binun n3yyeHbl KNUHNKO-Mopdonornyeckue un
MOJIEKYNAPHO-TeHeTnYecKre GakTopbl y 60NbLIOI KOropThl, COCTOALLEN 13 93 nauneHToB
€ 22. 311 dpakTopbl HbILIM NPOAHANN3NPOBAHbI U COOTHECEHDI C 06LLel 3- 1 5-neTHel Bbl-
XnaemocTbto. OKa3anocb, YTO NaLMEHTbI C SNUTENNONAHON reMaHMMO3HAOTENNOMOW CO
cnuaHmem reHa WWTR1-CAMTA1 nmenn meHee 61aronpuATHbBIN UCXOL MO CPABHEHMIO C
nogrpynnoii YAP1-TFE3, Tak kak 5-neTHAA 06L1an BblKMBaeMOCTb cocTaBuna 59% npoTtus
86% COOTBETCTBEHHO. 33 MArKMX TKaHel Yalle 6bina yHUPOoKanbHOM, UMena MegneHHoe
KNMHMYeCKoe TeueHre 1 Hanboree YyacTo nofABepranach XMpypruyeckomy neyeHuio.

MpumepHo y 70% naumeHToB co cnuAaHnem reHa WWTR1-CAMTA1 Ha MOMEHT no-
CTaHOBKM AunarHo3a 3D Habnopanca mynbTudoKanbHbI XxapakTtep nopaxkeHus. MNpu
TakoM BapuaHTe 3aboneBaHusA Haubosee yacTbiMM MeCTaMu NoKanu3aumm onyxonm
6bIinn nerkue, neveHb 1 MArkne TkaHu. OTaaneHHble MeTacTasbl ObUIM pacnpocTpaHeH-
HbIMK 1 Habnoganucb B 51% cnyyaesB Npu yCTaHOBNEHWUW AMarHosa. [ATuneTHAA Bbl-
XNBaAeMOCTb NPU MeTacTaTUYeCKOM MOpPaXKeHUN NneBpbl N nuMbaTUUeCcKnX Y3108 Co-
cTaBua Tonbko 22 1 30% cooTBeTCTBEHHO. Pe3ynbTaThl NPOBeAEeHHOro nccneaoBaHuA
nokasasnu, UTo nauuneHTbl ¢ MynbTUdOKanbHbIM XapakTepom 3aboneBaHuna, a TakKe C
BOBJIEUEHMEM B OMYXOJIeBbIN MPOLLECC NAeBPbI U HAIMYMEM MeTacTa3oB B NuMdaTnye-
CKMX y3nax NMeNun 3HaumMTenbHO XyALNin NPOrHo3. B 3Ton Koropte naumMeHToB KIANHU-
yeckoe TeueHne 3aboneBaHUA 6bINO arpeccUBHBIM, Kak NPY CapKoMe C BbICOKOW cTerne-
HbO 3/10KaYeCTBEHHOCTH.

Mo MHeHuio 3KCnepToB, B HacTosAllee BpeMA eAMHCTBEHHbIMW MPOrHOCTUYECKUMMU
dakTopamu asnaoTcAa mopdonorua onyxonu 1 ctagua 3abonesaHua (pasmep onyxonu u/
W Hannume MeTacTa3os). AfepHbIi NoNMMOpPPU3M, MUTOTUYECKAA aKTUBHOCTb 1 GOKY-
Cbl HeKpo3a ABnATCcA Mopdonornyeckn HebnaronpuATHbIMK NPOrHOCTUYECKUMI NPU-
3HaKamu y naumeHTos ¢ 3.

«Xupyprua BoctouHada EBpona», 2025, Tom 14, N2 3 527



SNUTENNOVAHAA reMaHMMOSHAOTENNOMA HUXKHEN NONON BEHbI —
penkasa cocyancTan onyxosb: KpaTKI/IVI 0630p nnTepaTypbl C oNUCaHnemM KNnMHNYyeCcKoro cny4yas

B KJIMHUYECKUW CITYYAN

MaymenTka H., 42 roga, obpatrnach 3a MeAULIMHCKON NOMOLLbIO B Hauase aBrycta 2019 T.
Ha ambynaTopHbIN NpYeM No MecTy XUTeNbCTBa C Xalobamu Ha 60J1b B MOACHUYHON 06-
nactu. Mpw ynbTpa3ByKOBOM MUCCNIeJOBaHNM OPraHOB GPIOLLHOM NOMOCTY 1 3a6PIOLLMHHO-
ro NPoCTpaHCTBa 6blI0 06HAPYKEHO N303XOreHHOe OMyXoNeBuAHOe HOBOObpa3oBaHUe
pasmepoM 57X31X29 MM, C HEYETKMM, OTHOCUTENIbHO POBHbIM KOHTYPOM, cofepxallee
KanbuuHaTtbl. Onyxonb pacnonaranacb NpenmyLiecTBEHHO B MpocBeTe UHdpapeHanb-
Horo cermeHTa HIB, uyTb HVXe MecTa BNafeHMs noyeyHblx BeH. HoBoobpa3oBaHue ya-
CTUYHO BbIXOAMIIO 3a Npefiesibl MOJIol BEHbI B pETPOKaBaibHOM HanpasneHuu. B pexnme
LIBETOBOIO AYNAEKCHOro KapTUPOBaHMA YCTaHOBIEHO 3amefifieHne KpoBoToKa no HIMB B
UH}papeHanbHOM cermeHTe C MPUCTEHOUYHbIM YCKOPEHMEM B 30He onyXxonu. B noyeyHbix
BEHax U cynpapeHanbHom cermeHTe HIMB remoguHammnyeckux HapyLleHWi He BbISIBNEHO.
MaTonorum co cTOpoHbl OpraHOB GPIOLWHON MOMOCTA U 3abOPIOLWVHHBIX NMMGOY3NOB He
BbIAB/IEHO.

26.08.2019 nmaumeHTKa rocnuTann3npoBaHa B roCcygapCTBEHHOe yupexpaeHue «Pe-
CNyOANKaHCKUIA HayYHO-NPAKTUYECKUI LLEHTP OHKOMOMMW U MeULMHCKOW paanonorum
umenn H.H. AnekcanapoBa» MuHUcTepcTBa 3paBooxpaHeHnsa Pecny6numkn benapychb ¢
[ANarHo3oM «HeopraHHas Onyxofb 3abPIOLLIMHHOIO NPOCTPAHCTBa CnpaBa C UHBa3ven B
HUXKHIOIO MONYIO BEHY».

Mo pe3ynbratam MynbTUCNNPANbHON KOMMbIOTEPHOWN TOoMOrpaduyeckorn aHrmorpa-
bun opraHoB HprOLLHOM NONOCTN OOHapyXeHO onyxoneBugHoe obpa3oBaHue B NHbpa-
PEeHaNbHOM CErMeHTE HUMHEN MOMON BEHbl, UCXOAALLEE U3 CTEHKWN NOCAeAHEN N NPaKTU-
YecKM NONHOCTbIO NepeKpblBatoLLee NPocBeT BeHbl. HoBoobpa3oBaHMe NOKann3oBanochb
npeumyLlecTBeHHO BHYTpK NnpoceeTa HIB, B cBOel CTPYKTYpe CoAepKano KanbLuHaThbl 1
MeOJIEHHO HaKannBano KOHTpacTHoe BelecTBo (puc. 1).

BepxHuin nontoc onyxonu 6bin pacnonoXeH Ha PaccTOAHUM 15 MM OT HUXKHEro Kpas
yCTbA NpaBou noyeyHow BeHbl ([1B). MoyeyHble BeHbl M NpaBasA NoYeyHasa apTepusa B NaTo-
NOrNMYecKnii NpoLecc He BOBJIEYEHDI.

MauneHTKa ocMoTpeHa MyNbTUANCLUMIMHAPHOW KOMaHZOM C yyacTMem Bpayva-aHrmo-
xupypra. lNpegnonoxeHne 0 BO3MOXXHOM 3/10KayecTBEHHOM HoBOobpa3oBaHum HIMB mo-
TUBUPOBAJIO NMPOBECTU PEKOHCTPYKTMBHYIO OMepaLuio — LUPKYNAPHYO Pe3eKLMI0 HUX-
Hell NONON BeHbI C OMYXOJIblO 1 ee NpoTe3MpoBaHue. B KauecTBe nnacTnyeckoro matepu-
ana 6bIfIo NPUHATO peLleHne He NPUMEHATb CUHTETUYECKUE COCYANCTbIE MPOTe3bl BBUAY
NX BbICOKOW TPOMBOreHHOCTI, 0CO6EHHO B BEHO3HOM PYCIie, a UCMonb30BaTb Gronormye-
CKWI COCYAMNCTbIN NpoTes.

MNMocne BbiNonHeHUsi 60KoBOM NoMOOMANaPOTOMMM CNpaBa U PEBU3UN OPraHoOB
OPIOLLIHON NONOCTY [iBeHaALATUNEePCTHasA KULWKa LWMPOKo MobrnnmnsosaHa no Koxepy, 06-
HaxkeHbl HINB 1 noyeyHble BeHbl. Ha 3TOM 3Tane B H/XKHel Nosion BeHe B 15 MM HUpKe YCTbA
npasoii B 6bia obHapyxeHa onyxosib OKpyrion G¢opMbl, OCHOBHON KOMMOHEHT KOTO-
po1 6bin pacnonoXKeH B NPOCBETe BeHbI Y NMPaKTUYECKN NOMHOCTbIO NepeKkpbiBan ero. He-
CMOTp#A Ha 370, HIMB 6blna cBo6ogHa oT TpomboTUYeCKNX Macc. MpaBas ANYHMKOBas BEHA
Brnagana B HIB B 30He onyxonu (puc. 2).

Xnpypruyeckoe BMeLLaTeENbCTBO BbINOMHANM Mo npuHumny do not touch. Mobunu-
30BaHbl NMoyeyHble BeHbl, HINB Bbiwe BnageHua B v HMXe onyxonu 0o YPOBHA CNNAHMA
o6wKMx noaB3aoLWHbIX BeH. [ocnefHne B3ATbl Ha KOHTponb. OnpefeneH obbem Lump-
KYNAPHOW pe3eKunn HUXKHEW MONON BeHbl. 3aTeM C y4yeToM AuamMeTpa BeHbl U ANVHbI
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Puc. 1. KanbuuHaTbl B ONyXonu HYKHeN Nono BeHbl (cTpenka)
Fig. 1. Calcifications in the tumor of the inferior vena cava (arrow)

Puc. 2. Onyxonb HIMB (IVC), 0ocHOBHOI1 KOMMNOHEHT KOTOPOI1 pacnosnoXeH B npocseTe (Tumor).
ROV - npaBas AnYHNKOBas BeHa
Fig. 2. IVC tumor, the main component of which is located in the lumen (Tumor). ROV - right ovarian vein

pe3eumpyeMoro yyactka 3apaHee M3roToBfieH Tpy6uaTblii 6UONOrMYecKknii COCyauCTbIn
npoTe3 13 KceHomnepuKapaa anmHon 70 mm, guametpom 20 mm. NpaBas ANYHNKOBAA BEHa
oTceyeHa v nepeBaAzaHa. CnctemHan renapuHusauma (50 ME/Kr). NepeKkpbIT KPOBOTOK MO
noyeyuHbiM BeHam 1 HIMB Bbiwe u H1Xe onyxonu. HoBoo6pa3oBaHve yaaneHo B eqUHOM
6510Ke C 3a0PIOLMHHBIMK MATKAMU TKaHAMU 1 HIB nyTem uupkynapHol ee pesekuuu,
oTcTynas 1,5 CM Bbille 1 HXe OT KpasA BUAMMOro pocTa onyxonu. BeinonHeHo npoTtesun-
poBaHue nHdpapeHanbHoro cermenTa HIMB ¢ NomoLbio NMHENHOro 61MONOrMYEeCcKoro co-
cyguctoro npotesa (puc. 3).
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A B

Puc. 3. JInHenHoe npoTesnpoBaHue nH$ppapeHanbHoro cermeHTa HIMB ¢ ncnonbsosannem
6uonoruyeckoro cocyaucroro nporesa: A - opmmnposaHmne NpoKcMmanbHoOro aHactomosa mexay HMB
1 6rnonornyeckum nportesom; B - BocctaHoBNEeHMe KpoBOTOKa no npotesy u HMB

Fig. 3. Linear prosthetics of the infrarenal segment of the IVC using a biological vascular graft:

A - formation of a proximal anastomosis between the IVC and the biological graft; B - restoration

of blood flow through the graft and the IVC

MpodurnakTrka BO3LYLIHON U MaTepuranbHOM 3MO0NIMKM, BOCCTAHOBNEHME KPOBOTOKA
no noyeyHolim BeHaM, HIMB 1 npoTe3y. KoHTponb remocTasa. [lpeHnpoBaHve 3a0pIoLLmnH-
HOro NPOCTPaHCTBA M MOC/IONHOE YLBaHMe NocneonepayoHHON paHbl. locsie oKkoHYa-
HUA onepaLmmn NauueHTKa Obina nepeBefeHa B OTAeNIEHVIE UHTEHCUBHON Tepanuu.

Makpockonnueckoe uccnegoBaHve peseunpoBaHHOro yyactka HIB Bbiasuno ony-
XOIb OKPYIon GopMbl pazmepom 57x31x29 MM, KOTopas MCXOAWNA LUMPOKMM OCHOBAHUEM

Puc. 4. Makponpenapart yaaneHHoro yyactka HIMB c onyxonbio
Fig. 4. Macro-preparation of the removed tumor of the inferior vena cava
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13 3agHenatepanbHon cteHkn HINB. Onyxonb pacnonaranacb NPenMyLLeCTBEHHO BHYTPU
npocseTta HIMB 1 NpakTNYeCcKn NOMHOCTbIO 3aMnoJiHANA €ro, a Takke UHOUNLTPUpPOBana
CTeHKY Ha 1/2 gnameTpa OKPY>KHOCTW Ha yyacTKe NPOTAKeHHOCTbIo 40 MM 1 Bbixoamna 3a
npegenbl NONOM BeHbl Ha 5 mm (puc. 4).

Mopdonornyeckoe nccnefoBaHue npenocTaBneHHOro obpasua BbiABUIO Mpopac-
TaHWe onyxonbto cTeHKM HIMB. Onyxonb xapakTepun3yeTca Hannmumem BblparKeHHOW MUK-
COTMaNIMHOBOWM CTPOMbI C MHOXXECTBOM COCYZIOB MeJIKOro Kanunbpa, nepunBacKynAapHbIM
rManMHO30M U KPYFNOKNIETOUHOW MHOUNbTpaLmelt ¢ 3oHamu occubukaumu. Mo Kpato pe-
3eKkuum cteHkn HIMNB 1 MArknx TKaHer onyxoneBoro pocta He o6HapyxeHo (R0). Onyxonb

C D

Puc. 5. Mukpodotorpaduu onyxonu: A - pocT onyxonu B NpocBeTe HUXKHe Mool BeHbl. YBennyeHmne
%20, oKpacKa remaTOKCWIMHOM 1 503MHOM; B - onyxonb npepacTaBneHa TAXKamu U rHesfammn
3NUTENIMONAHDIX KNETOK, PacnonoXeHHbIX B MUKCOrMasHOBOI CTpoMe ¢ 60/1bLUMM KOIMYeCTBOM
cocynoB. YBennyeHune x200, okpacka reMaTOKCUANHOM U 303MHOM; C - UMMYHOTMCTOXMMUYECKoe
OKpalumBaHue c aHTUTenamm K cocyanuctomy mapkepy Fli1: rereporeHHoe nosuTnsHoe oKpalumsaHue
AAep onyxoneBbiX KNeToK. YBenuyeHne x200; D - uMmyHornctoxmmmnyeckoe oKpawnBaHme

c aHTUTenamm K 6enky CD34: no3uTBHOE OKpallBaHMe COCYZ0B ONyXoNneBoii CTpoMbl. YBennyeHue x200
Fig. 5. Micrographs of the tumor: A - Tumor growth in the lumen of the inferior vena cava.

%20 magnification, hematoxylin and eosin staining; B - the tumor is represented by strands

and nests of epithelioid cells located in the myxogyaline stroma with a large number of vessels.

%200 magnification, hematoxylin and eosin staining; C - immunohistochemical staining with antibodies
to the vascular marker Fli1: heterogeneous positive staining of tumor cell nuclei. Magnification x200;

D - immunohistochemical staining with antibodies to CD34 protein: positive staining of tumor stroma
vessels. Magnification x200
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Puc. 6. YnbTpa3ByKOBOe 1CCIe;OBaHNE HUXKHEl NONOii BeHbl 1 610/10rMyecKoro cocyamncToro nporesa
yepes 70 mecsiLieB NOCJIe XMPYPruyecKkoro neveHnst

Fig. 6. Ultrasound examination of the inferior vena cava and biological vascular prosthesis 70 months
after surgical treatment

Puc. 7. MarHuTHo-pesoHaHcHas Tomorpa¢usa opraHoB 6pIoLLIHOI NonocTh Yepes 70 mecAueB nocne
Xupypruueckoro neveHus. lpusHakoB peunanBa 1 nporpeccupoBaHns 3a60/1€eBaHNA He YCTaHOB/NEHO,
$yHkuua HMB n 6uonornyeckoro cocyanCToro NpoTesa He HapylueHa: Ao - aopTa; Prosthesis IVC -
npoTes HUMKHEN NONOoN BEHbI

Fig. 7. Magnetic resonance imaging of the abdominal organs 70 months after surgical treatment
showed no signs of recurrence or disease progression, and the function of the IVC and biological
vascular graft remained unimpaired: Ao - aorta; Prosthesis IVC - Prosthesis of inferior vena cava

C HEBbICOKMM MUTOTUYECKM UHAEKCOM — MeHee 3 M1TO30B Ha 50 nonen 3peHns npu yBse-
nnyenmm x400 (Ki-67 HU3Kun — meHee 3%). B yaaneHHbIx numaTnyeckmnx ysnax Metacra-
TUYECKOro NopaxeHna He BbliiBNIeHO. [10 COBOKYMHOCTU NOAYYEHHbIX AaHHbIX, BKOYan
NOJSIOXNTEIbHOE MMMYHOMMCTOXMMNYECKOE OKPALLMBAHME Ha SHAOTENMaNbHble MapKepbl
CD31+ 1 CD34+ (B cocygax), FLI-1+ 1 ERG+ (B cocyaax 1 04aroBo B cTpome), uccriegyemas
Onyxosib MPOAEMOHCTPUPOBANa rMCToNornyeckme NpusHaky, TUNUYHbIE ANA 3NUTenno-
MOHOW reMaHrMo3HAOTENNOMbI (pUC. 5).

C nepBbIX CYTOK MOC/ie onepaunm naumneHTKe 6bia HasHaueHa aHTUKoarynaHTHasA Te-
panusa c npuMeHeHneMm HagponapuHa Kanbuma 3800 ME (0,4 mn) 2 pa3a B CyTKW B TeUeHne
7 oHei. B panbHelilwem oHa nonydana pusapokcabaH 20 Mr 1 pa3 B CyTKW AfUTENbHO-
CTblo 6 MecAueB. MNocneonepalUOHHbIN Nepuog npoTekan 6e3 ocnoxHeHWn. B ynosnet-
BOPUTENIbHOM COCTOAHWUM Ha 12- AeHb Nocie onepaunn naumMeHTKka Obina BbinmMcaHa
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Ha ambynaTopHoe neyeHue. Yepes 5 Hegenb NpUCTyNuna K paHee BbiMosiHAemMon paboTe.
Mo 3aKnioUYeHNI0 KOHCUINYMa Bpayein-OHKONMOroB, onyxosb Obina KnaccuouumpoBaHa Kak
anuTenMonaHas remaHrnosngotenoma HIMB ¢ HU3KUM 310KaueCTBEHHBIM MOTEHLMANIOM
M afbloBaHTHaA TepanuA bblla NpU3HaHa HelenecoobpasHoi.

Mocnepytolee HabnogeHe BKIOYANo OCMOTP uyepe3 3 MecAla, 3aTeM B TeueHue
nepBbIX 2 f1eT yepes 6 MecsALeB, a B nocnegytolem 1 pas B rog. Mpu Kaxgom BU3nTe Bbl-
NONHANNCb MEAULMHCKMIA OCMOTP, YNbTpa3ByKoBoe mnccnepoBaHue HIB, 30HbI cocyau-
CTOro NpoTe3a, OpraHOB GPIOLLIHON MONOCTY, 3a6PIOWNHHOIO NPOCTPAHCTBA U eXEerofgHo
KOMMbloTepHaa (MarHUTHO-pe30oHaHCHasA) ToMmorpadua opraHoB OpPIOLWHOW W rPyAHON
nonoctei. Yepes 70 mecALEeB Nocsie XMPYPruyeckoro feyeHns y naumeHTkn peuuanea
N nporpeccnpoBaHna 3aboneBaHna He Habnogaetca, dyHkuua HIMB n 6buonoruyeckoro
COCYAMNCTOro NpoTe3a CoXpaHeHa, YTo NoATBEPKAAeTCA pe3yibTaTaMy KOHTPOJIbHOro 06-
cnegoBaHua (puc. 6).

B OBCYXIEHUE

MepBUYHbIE OMYXONN HUXHEN MONON BeHbl BCTPeUaloTca KpariHe pegdko. M3 nx unc-
na B K/IMHWYeCKON MpaKT/Ke valle NpUXoanTca CTaNKnBaTbCA C nenommocapkomon. Mo
MHEHUIO HEKOTOPbIX nccnepoBaTenelt, 6onee 50% Bcex cocyamcTbix JIMC nokanmsytorca
B HMB [20, 21].

onuTennongHaa reMaHrMoSHAOTENMOMA, KaK YXe OTMeYanocb Bbllle, OTHOCUTCA K
yncny KpariHe pedkux nepBMYHbIX COCYAUCTbIX onyxonen. B coBpemeHHON nutepatype
onucaHo He 6onee 50 cnyyaes nepBryHol 3D Kak BeH, Tak 1 apTepuii. Hanbonee yacto
33 nokanusyeTca B BeHax HeOOMbLIOro UM cpefHero Kanmbpa, Takmx Kak obas be-
L peHHas, Hapy»KHasA NoAB3A0LWHasnA, NneyveBan Un 6e3bIMAHHAA BEHa, HO TaKXKe N3BECTHbI
CJlyyaun BO3HUKHOBEHUA ee 1 B 6osiee KPYMHbIX COCYANCTbIX CTPYKTYpPaXx, TakMX Kak aopTa,
BEPXHAA UM HUXKHAA Nonas BeHbl [22].

Ciliberti M.P. et al. npoaHanusnpoBanu onncaHHble B uTepatype 43 cnyyana cocyau-
CTOW aNUTENNONAHOW reMaHrMosaHgoTeNnoMbl. Bospact naumneHToB BapbrpoBan ot 11 go
79 neT, a pacnpegeneHue no nony 6bis10 NOYTK PaBHbIM, C HeboNbLWNM NpeobnagaHnem
XeHckoro nona (59 npotme 41%). OTganeHHble meTacTasbl B NeYeHb U erkme passunmncb
B 14% cnyuaeB, a TOKanbHbIN peunans — B 7% cnyyvaes (Yalle npy HENOSIHOM X1pypruye-
CKOM yaaneHuu onyxonu — R1) [23].

HWXHAA nonasA BeHa He ABNAETCA TUNWYHBbIM MeCcToM AnA nokanusayum 33, C ucnonb-
30BaHMEM KJIOUEBbIX C/IOB «3MUTENNONAHAA FeMaHIMO3HAOTENNOMA, SNUTENNONAHANA re-
MaHIMO3HAOTENMOMA HUMXHEN NMOJSION BeHbl, NEPBUYHbIE OMYXOSN HUKHEN MONON BEHbI»
6bIn NpoBefeH KOMMIEKCHbIN NoncK no 6a3am gaHHbIx Scopus, Web of Science n PubMed.
Bbbinn TakXKe TWATENbHO U3YYeHbl CAUCKW NNTEPATYPHbIX NCTOYHMKOB BCEX HaMAEHHbIX
nccnepgoBaHuin. lybnukatbl ctateit Obinn UcknioveHbl. Ha cerogHAWHWIA figHb B aHrnon-
3blUHbIX NMY6AMKaLMAX 3aperncTPUPOBaHO BCEro NKLLb 6 ClyyaeB NoKanu3auumn JaHHoro
Tna onyxonu B HIMB. NHpopmaLmsa 06 ycTaHOBNEHHbIX ClyYasax SNUTENNONAHON reMaH-
rMO3HAOTENNOMbI HVXKHEI Moo BeHbI MpefcTaBfieHa B Tabnuue.

CpepgHun BO3pacT nauMeHToB B rpynne coctaBun 34,7 roga (gnana3oH oT 14
[0 46 net). Cpean nauneHToB ¢ 33 HIMB npeobnaganu nuua my»ckoro nona (4:2). Knu-
HUYecKaa KapTWHa Ha MOMEHT MOCTAHOBKW AMarHo3a NUTENNONOHON FreMaHrMo3HAO-
Tenvombl HIMB 6bina Becbma BapuabenbHoli. 3aboneBaHune B pAge ClyyaeB npoTekano
6eccMNTOMHO, a KNMHUYECKUe NPOABIEHNA He UMeNn onpeaeneHHon cneundruyHoCTy.
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KnuHuko-naTonornyeckne 0co6eHHOCTU NaLeHTOB C SNUTeNNonaHol remaHrnosHaortenvomoin HMB
Clinical and pathological features of patients with epithelioid hemangioendothelioma of the inferior

vena cava
Bos- KnuHn- DL
AB- Pasmep Mera- Habnio-
Ne pact/ yeckan UrX-mapkepbi JleueHne
TOp onyxonun cTasbl AeHuA /
non KapTuHa
peunans
Pe3zekuua HIMB, | 10 mec.
bonb B *u- npotesnpo- (Tpom603
1. | [24] | 35/m. BOTE, OTEKM 11,0x5,033,5 CD31+,CD34+ Aa BaHue HIB npotesa
w™m (neyeHb?)
cTon [AKPOHOBbIM 6 mec.) /
npoTe3om HeT
1. Nannuatne-
Has pesekuma
HMB + xumwno-
Het
Tepanna. aHHbIX /
70x30x14 CD31+, CD34- 2. Pesekuus ne WANE
2. | [25] |31/m. Het ¢dakTop Bunne- | Het nHdpapeHanb- peunn
MM nocne He-
6paHpa HOro CermeHTa
HIB, nepe- NonHoro
Ba3Ka HIMB (6e3 YAanexua
BOCCTaHOBNE-
Hus HIMB)
bone B Pesekuusa HIMB,
MOACH. nepesnaska (6e3
3. | [26] |39/m. obnactm, ASXT5X15 CD31+, CD34+ 3a6p. BOCCTaHOB- 48 mec./
oTeKu H/ MM n/y3nbl HeT
nexua HIMB) +
KOHEYHO-
N XMMUOTepanus
cTen
1.9HpoBacKy-
OTek H/Ko- NIAPHOE yAane-
. Hve Tpomba ¢
HEUHOCTEN, onyxonbto HIMB.
4. | [27] | 43/m. Tpom6o3 15,0x6,0x3,0 Het/HeT | 2. Pe3ekuus 36 mec./
HMB n ™ HeT
HMB, npo-
rny6oKux
BeH H/K Te3nmpoBaHue
HIMB NTOE-
nporesom
Pe3ekuua HIMB,
1,9%x1,8x1,0 npotesnpoBa- |24 mec./
5. | [28] | 14/x. Het ey CD31+, ERG+ Het Hie HMB MTOE- | Her
nporesom
EZH;:B?TZ_ Urx: Cb3i, KaBaTomus,
6. |[29] | 46/x. oTeK H/ 20x22x25 CD34, ) Her peseKkumna Het paH-
MM cytokeratinAE1/ OrnyXonu Ha HbIX
KOHEYHO-
creit AE3 HOXKe

Mpn HanUuKMM ONyXoneBol OKKIIIO3UW U TPOMOOTUUYECKUX OCIIOMKHEHWI B NOAB3AOLIHO-
KaBaslbHOM cermeHTe HabIoaannch NPU3HaKKM, XapaKTepHble 4s1A BEHO3HOW 06CTPYKLMN.
CnenyeT OTMETUTb TOT GaKT, UToO B NPEACTABIEHHOM HaMK Cllydyae, HECMOTPSA Ha NPaKTu-
UecKu NOJIHOE 3aKpbITUE NPOCBETa BEHbI OMNYX0Jblo, TPoM603a B crcTeme HIMB He HacTy-
Myno, a KNMHNYECKNE CUMNTOMbI BEHO3HOM 06CTPYKLUMK 6bII CIaboBbIpaXKeHHbIMU.
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Bce 6 nauveHToB 6b1IM MpooNepupoBaHbl. [1ByM nauyeHTam Obina BbiNONHeHa pe3ek-
uua onyxonu n nepesaska HIB. Jlnwb TONbKO Y NOMOBKHbBI U3 O6LLEro Yncna onepupo-
BaHHbIX NALMEHTOB XMPYpPrmyeckoe fneyeHne 3akoyanocb B yaaneHUn onyxonm n OgHo-
MOMeHTHOW peKkoHCTpyKuum HIMB. B KauecTBe nnactuyeckoro matepmana ana yctpaHeHmsA
pedekrta HIMB npMMeHANNCb CUHTETUYECKNE COCYANCTbIe NpoTe3bl: B 1 ciyyae ncnonb3o-
Banca npotes n3 nonustuneHtepedranata (M3T) n B 2 cnyyasax npoTes U3 BCNeHEHHOro
nonutetpadpropatuneHa (MTOE). Y nauneHTa, KOTOpomy B KauecTBe COCYANCTOrO TPaHC-
nnaHTaTa ucnosb3oBanu npotes u3 3T, uepes 6 mecALeB HacTynNun TPOM603.

CBoeBpemeHHasa gmarHocTMka 3D HWKHEW MOJSIOM BeHbl, Kak MpPaBuio, 3aTPyAHU-
TeslbHa, 0COOEeHHO Ha paHHel cTaguu 3aboneBaHus. B nogaenaowem 6onblLINHCTBE U3
npeacTaBfieHHbIX cnyyaes onyxonb HIMB 6bina BbiABMeHa C/lyYaliHO WKW B pe3ysnbTaTte
OVArHOCTNYECKOro MoKCKa No NOBOAY BO3HMKLLEN BEHO3HOWM 06CTpyKUMK. [Npn BO3HMK-
HOBEHWMW TPOMOOTUYECKNX OCNIOKHEHWI B cUCTEME TyOOKMX BEH MOTYT BO3SHUKHYTb 3a-
TPYAHEHWA C NPaBUSIbHON Y CBOEBPEMEHHOI NOCTaHOBKOW AnarHo3a. lNpumepom moxkeT
CNY>KUTb KNIVHWYECKUI cnyydaii, onncaHHbii Kabbani L. et al., B koTopom gnarHo3 33 6bin
YCTaHOBJIEH TONbKO NMLUb nocsie 6e3ycrnellHbIXx ceaHCoB TPOMOONUTNYECKON Tepanuu,
TPOMO3KTOMUN 1 NaTOMOPHOSIOrMUECKoro ncciefoBaHUsa TPOMOOTUYECKUX MacC, U3BIIe-
yeHHbIx n3 HMB.

BBuay noteHUManbHOW CNOXHOCTM MonyyeHnsa 6UONCMIHOrO MaTepuana AuarHos,
NoATBEPXKAAOLWNIA NPUPOAY SMUTENNONLHON reMaHrMO3HAOTENMOMbI, Obin YCTaHOBMEH
BO BCEX NPEeACTaBAEHHbIX KITMHUYECKUX CITyYanX TONbKO nocsie 3abopa onepaLoHHOro
6uoncunHoro matepuana u ero mophonornyeckoro 1 UMMYHOTMCTOXMMUYECKOTO 1cche-
LOBaHUA.

[na npoBefeHnA npegonepaloHHON MOpPdONorMyeckon oLeHK HeKoTopble nccne-
[oBaTenn npegyarailoT UCMOosb30BaTb TOHKOMTOJIbHYIO acnuMpaumoHHyto bruoncuio [30].
OpHako cnepyeT OTMETUTb, YTO NPY TOHKOUronbHOM 6uoncun anuddepeHumnanbHasa gua-
FHOCTUKa MOXET OKa3aTbCA 3aTPyAHUTENbHOW 13-3a HEGONbLIOro pa3mepa 1 OTCYTCTBUA
rMCTONIOrMYECKO apXUTEKTYPbl MOyYeHHbIX 06pa3LoB TKaHW, MPUCYTCTBUA remopparu-
YyecKoro KOMMoHeHTa. [1o MHEHWIO HEKOTOPbIX aBTOPOB, YaCcToTa O6HapY»KeHUs aHrmocap-
KOM C NMOMOLLbI0 TOHKOUTO/IbHOW 61ONCUK cocTaBnsaeT He bonee 53% [31].

B npepctaBneHHbIx cnydasax mopdonormyeckas KapTvHa OMyxosy XapaKTepu3oBa-
nacb Hanvunem KpyribiX AW NOMAMIOHaNbHbIX SHAOTENMANbHbIX KNEeTOK, KoTopble pac-
nonaranuncb B rHe3gax u Taxax. Knetku mmenu 6Goratyio 303MHOGUNIbHBIM TManMHOM
uuTOoNaasMy C HaMyMem B Helr LUToMNNnasMaTnYeCcKnX Bakyonen 1 Be3nKynApHbIX agep.
MMMyHorncToxmmmyeckoe nccnefoBaHme ¢ onpeaeneHnem sHAOoTeNanbHbIX MapKepoB
CD31, CD34, FLI-1 n ERG B COBOKYMHOCTW C MUKPOCKOMKWEN AeMOHCTPUPOBan rmcTono-
rmyeckme NpuUsHaku, TMNUYHbIE ANA SNUTEANONLHON FEeMaHTMOSHAOTENNOMDI.

B HekoTopbIX Ny6nmKaumax 6o NpeanoXeHbl CXeMbl XMMMUOYYEBOrO JleueHnsa ana
nauneHToB ¢ I3, OQHAKO CYLIEeCTBEHHbIX TepaneBTUUYECKMX MPenumyLlects npu 3ToM
[JOCTUTHYTO He 6bii0. 1o MHEHUI0 aBTOPOB, NPUMEHEHUE LOMNOMHUTENbHbIX METOAOB,
TaKMX Kak XmmmoTtepanua 1 paguotepanus, Anda fieYeHna NaumeHToB C SNUTeIMOUAHON
reMaHrmosHAOTeNMOMON ocTaeTcA AMcKyTabenbHbiM [32]. Pa3paboTumKkm KOHCEHCYCHO-
ro JOKymeHTa coobLiecTBa 3KCMepToB MO BEAEHUIO NaLMeHTOB € 1D He pekoMeHayoT
npUMeHeHne CUCTEMHOWN Tepanuu B HEOAAblOBAHTHOM peXxunme npu NOKann30BaHHOM
pe3ekTabenbHol 33 13-3a OTCYTCTBUA OKa3aTeNbCTe, MOATBEPXKAAoLWMX Lenecoobpas-
HOCTb MCMONb30BaHWA nociedHen. lpumeHeHne nyyeBon Tepanuu paccMaTpuBaeTca
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B TeX CyyanX, Korga xmpypruyeckoe neyeHne BbiMONHEHO HepaankanbHo (R1) unu npm
HEeBO3MOXHOCTN MakpocKkonuyeckn nonHon pesekumn (RO/R1), a TakKe y naumeHToB C
HanMymem MmeTacTaTUYeCKOro nopakeHus.

Xvpypruyeckun metog neyeHua 3D HUXKHEWN MOSOWN BeHbl ABAAETCA OCHOBHbIM 1
npepctasnsaeT cobolr BecbMa HenpocTylo 3afavy. KpaeyronbHbiM KaMHeM Xupypruye-
CKOro fleyeHus anuTennongHomn remaHrnosHgotennomol HINB aBnaetca nonHasa pesek-
LMA onyxonu ¢ MMKPOCKONUYecKn otpuuatesibHbiMu (RO) Kpasmu BeHO3HOWM CTeHKMW. [No-
TeHUManbHble CAOXHOCTU NP BbINONHEHWUW PEKOHCTPYKTUBHOWN onepauny BO3HUKAOT
B Tex cnyyanx, korga HIMB nopaxeHa onyxonbio Ha 6onbLIomM NpoTaxkeHun. B nogobHom
cuTyauumn AnsA peanusaumy YCIOBUA PafMKanbHOCTU BO3HMKaeT HeOO6XOAMMOCTb Bbl-
NONHEHUA NPOTAXKEHHON LMpPKynsapHon pesekuumn HINB. lfemognHamuueckrne ocobeHHo-
CTN KPOBOTOKa B BEHO3HOM pycJie 1 peosiornyeckre CBONCTBa BEHO3HOWN KPOBM MOTYT
CNoco6cTBOBaTb BO3HUKHOBEHMIO TPOMOOTUYECKMX OCIIOKHEHWIA NPY BbINOJIHEHUM pe-
KOHCTPYKTMBHbIX onepauuii, 0co6eHHO y NauneHToB, CTpadaloLlmxX 310KauyeCTBEHHbIMU
HoBOOOpa3oBaHUAMUN. 3aTpyAHEHNA MOTYT ObiTb CBA3aHbl U C BbIGOPOM MnacTMyeckoro
MaTepuana s 3ameHbl obpa3oBaslueroca fedekra B HUXKHEN NOSIoN BeHe nocsie NpoTa-
MeHHOW ee pe3eKLUnK, NOCKOSIbKY MPYMEHEHMWE C 3TON LieNblo CUHTETUYECKUX COCYANCTbIX
TPaHCMNIAHTaTOB COMPSAMEHO C BbICOKMM PUCKOM Pa3BMTMA TPOMOO3a Kak B paHHeM, TaK
1 B OTAASIEHHOM MocneonepaLoHHOM nepuoge. VimeloTca cBeleHNsA, NOATBEPKAEHHble
B dKCMEePMMEHTE in Vivo, O TOM, YTO CUHTETUYECKME NPOTE3bl KPOBEHOCHbIX COCYOB He
ob6pasyloT sHgoTennanbHoro cnos [33] u nocsie MNNaHTaLMKN B XNBOW OpraHn3mM coxpa-
HAOT TPOMOOreHHble cBoMcTBa [34].

B paHHoOW cTaTbe NpeAcTaBneH Cyyal PEKOHCTPYKUUN HPpapeHanbHOro cermeH-
Ta HMB ¢ npumeHeHVeM B KauecTBe NIacTMYeCKOro MaTepuana bronormyeckoro cocy-
OMCTOro npoTesa BBUAY ero HM3Komn TpomboreHHoctu [35]. [poTe3 m3rotaBnuesanu Bo
Bpema onepauuy N3 NnacTuHbl KceHoneprkapaa, 06paboTaHHOrO SMOKCUAHBIMU Coean-
HeHnAMMU.

MockonbKy anMTeNMonaHan reMaHrMosHAOTENMOMa MarncTpanbHbIX COCYA0B BCTpe-
YyaeTcA KpalHe pefKo 1 AnarHo3 yCTaHaBIMBAETCA Yallie BCEro nocne Xmpyprnyeckoro
neyeHnn, NauueHTam cnegyeT BbIMOMHATb AeTanbHoe obcnefoBaHMe C KUCMOJSb30Ba-
HMEM MyNbTUCMNPANbHON KOMMNbOTEPHOW ToMorpadum 1 NO3UTPOHHO-3MUCCMOHHON
TomMorpadumn ans BbiABIEHUA PerMoHapHbIX UKW OoTAaNleHHbIX MeTacTa3oB. YacToTa no-
KaNlbHbIX peLMaMBOB HaxoauTca B Anana3oHe 10-15%, a 30% 3TMX onyxonen CKIOH-
Hbl K MeTacTa3npoBaHuio. [peacTaBneHHble NUTepaTypHble AaHHble CBUAETENbCTBYIOT
O BbICOKOM MeTacTaTU4YeCKoM noTeHumane asnMTesIMOUAHON reMaHrMoaHA0TENMOMbI CO
CKITOHHOCTbIO K MECTHbIM peLmanBam. [lepeuncrieHHble HebnaronpuATHbIE MPU3HAKN B
COYEeTaHMM C HEBbICOKOW MATUNETHEN BbPKMBAEMOCTbIO YKa3blBalOT Ha TO, YTO AaHHbIN
BMA COCYANCTON OMYXONn criefyeT CUNTaTb MOSIHOCTbIO 3/10KaYeCTBEHHOW, @ He norpa-
HUYHOWN.

MmeloTca Takxke cooObLLeHMA O TOM, YTO MeTacTasbl MOTYT He NPOABAATHCA B TeUeHUe
MHOTMX NeT No NPUUYNHE MeANIeHHOro PoCTa 3TOro TuMa onyxonei. [lo3ToMy naumeHTam c
3I3 cnepyeT pekomeHOBaTb NPOrpamMmmy JOArOCPOUYHOro NocsieonepaloHHoOro Habno-
AeHunA. K coxaneHuio, B HacTosALlee BpeMA PyKOBOACTBa NO BeAEHMIO U nocieonepauum-
OHHOMY HabntofieHnIo 3a naumeHTamu ¢ 33 pa3nMyaloTca B pasHbIX YUPEXKOEHMAX U He
UMeIoT CTaHAAPTU3aLNN.
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B 3AK/THOYEHUE

JleyeHne naUMEHTOB C 3MNUTENIMOUAHOWN TEeMAHTMOSHAOTENINOMOWN HUMKHEN MONOoWn
BEHbl NpefcTaBnAeT co60M aKTyanbHy NpobiemMy 13-3a HenpeackasyemMoro 1 Heornpe-
LENEeHHOro NOBeAEHUNsA OMYXONK, a TakXKe 13-3a BOBJIeUeHNA B NaTONIOrMyecKunin npoLecc
XM3HEHHO Ba)KHOW COCYAUCTON CTPYKTYpPbI, TPeOYtoLell BbICOKOTEXHONOMMYHOMO XMpYyp-
rmyeckoro fieyeHms. PeaKkocTb faHHOrO TMMa ONyXONN UCKIYaeT BO3MOXHOCTb NpoBe-
LEHNA KOHTPONIMPYEMbIX KIIMHWYECKUX UCCNefoBaHMI. ITOT GpaKT NO3BONsAET Npesnosno-
XWTb, UTO CO3[aHMe perncTpa nauneHToB ¢ 3 MarncTpanbHbIX BeH OyAeT UMeTb BaX-
HOe 3HaueHue A nosyyeHns MHPopmMaLmm ob sTmonaToreHese, KNMHUKE, ANArHOCTUKe
N NIeYeHnK, a TakXke o NPOrHose 3abosieBaHnA. B CBA3M C 3TUM NleyeHe faHHOWN KaTero-
pUK NaLMEHTOB JOMKHO OCYLLIEeCTBAATLCA MYNbTUANCLUUNNHAPHOW KOMaHAOW, BKOUa-
loLle Bpaya-naTosioroaHaToma, Bpayel — cneuuanicToB B ob6nactu iyyeBon AguarHo-
CTVIKY, Bpaya-aHrMoxmpypra ¢ onbIToMm paboTbl B OHKOBACKYNAPHOW XUpYypriu, Bpaya —
OHKOJIOra-xmpypra, Bpaya — paguaLmoHHOro OHKOJora B CneLluan3nupoBaHHbIX Mo cap-
KOMe LieHTpax.
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